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A 54-year-old lady presented with a mass in the left atrium causing an acute mitral valve
pseudo-stenosis. The tumour mass was assumed to be a myxoma. The patient was
scheduled for tumour mass extirpation to clear the obstruction of the mitral oriﬁce.
Histological ﬁnding from the acquired specimen showed a leiomyosarcoma, as a rare
primary malignant cardiac tumour.
& 2013 The Czech Society of Cardiology. Published by Elsevier Urban & Partner Sp.z o.o. All
rights reserved.
.1. Introduction
Primary cardiac tumours are rare. Their representative is
myxoma. Secondary cardiac tumours are more frequent and
could be diagnosed in up to 20% of patients with generalised
tumorous disease [1]. The clinical scenario of cardiac tumours
depends not only on the size of the tumorous mass, but onch Society of Cardiology.
3.
iac Surgery, Charles Un
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ran).their location and inﬁltration in surrounding tissues. Even a
small benign papillary ﬁbroelastoma can lead to sudden
cardiac death in case of left main stem coronary artery
obstruction. Despite recent progress in the imaging modal-
ities and the surgical techniques cardiac sarcoma however,
remains an entity seldom cured and with an unfavourable
prognosis.Published by Elsevier Urban & Partner Sp.z o.o. All rights reserved.
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A 54-year-old healthy lady presented with recent onset of rest
dyspnea, chest pain and repeatedly suffered from presyncopes.
Chest computed tomography excluded pulmonary embolism.
A big tumorous mass was noticed in the left atrium. Echocar-
diography revealed a myxoma-like tumour in the left atrium
with intermittent obstruction of the mitral oriﬁce (Fig. 1).
Surgical procedure was indicated to relieve the mitral valve
obstruction. The procedure was performed via a median
sternotomy approach and under cardiopulmonary bypass with
conventional aortic and bicaval cannulation. Cold crystalloid
cardioplegia was used to arrest the heart. Transverse incision
of the left atrium above the atrioventricular groove was done,
after which a bulky myxoid mass was found to arise from the
site of the conﬂuence pulmonary veins. Diffuse thickening of
the left atrial wall was apparent. The prominent tumorous
mass was resected and thus the surgical procedure was not
radical. Per-procedural echocardiography showed a decrease in
the mean trans-mitral gradient from 13mmHg (assessed prior
the operation procedure) to normal values. The mitral valve
was without pathology. The patient recovered uneventfully.Fig. 1 – Echocardiography. A myxoid tumour prolapsing into
the mitral orifice.
Fig. 2 – Histopathology finding. (A) Magnification 200 , sarcom
stain). (B) Magnification 400 , imunoreactivity positive for smoHistology ﬁnding from the acquired samples showed a mild
cellular texture with multi-nucleated cells and bizarre nuclei
with low mitotic activity in a myxoid matrix. (Fig. 2A). Imuno-
histochemical staining was just positive for smoothmuscle actin
(Fig. 2B). The ﬁnding was marked as low-grade leiomyosarcoma.
A Primary cardiac lesion was established by excluding meta-
static involvement using scintigraphy, non-cardiac magnetic
resonance, computed tomography and ultrasound.
Heart transplantation was contraindicated for the diffuse
inﬁltration of the left atrium including the conﬂuence of the
pulmonary veins. Since there were no symptoms associated
with the tumurous disease the oncologist did not recommend
adjuvant therapy. Cardiac magnetic resonance performed
ﬁve months later, for the ﬁrst time, showed thickening of
the left atrial wall (Fig. 3A and B) with inﬁltration of the mitral
valve leaﬂets (Fig. 4) causing a true mitral valve stenosis.
Mean trans-mitral gradient, assessed echocardiographically,
was 9 mmHg. Ten months later the patient is still alive
complaining just of dyspnea on exertion (NYHA class II), free
from symptoms of generalised tumorous disease.3. Discussion
Primary cardiac sarcoma is a rare ﬁnding with a varying
clinical presentation, depending on the size, location of the
tumour mass and the involvement of the surrounding tis-
sues. In case of left atrial involvement, tumour mass could be
mistaken for myxoma. Besides, cases of lung adenocarci-
noma [2], thyroid gland carcinoma [3], Ewing tumour [4], and
Grawitz tumour [5] with metastasis mimicking left atrial
myxoma have been described. This emphasizes the necessity
for further cardiac imaging techniques, in addition to echo-
cardiography, such as magnetic resonance imaging and
scintigraphy to set the deﬁnite diagnosis and delineate the
relationship between the tumorous mass and the surround-
ing structures. Magnetic resonance, which was performed in
the post-op period showed thickening of the left atrial wall
and the mitral valve leaﬂets, which changed the character of
the mitral valve stenosis from “pseudo” to true stenosis.
Imunohistochemical modalities from the obtained speci-
men are useful for tumour veriﬁcation, assessment of tumour
extent and determining the suitable therapeutic method. Inatic appearance of the tumour (hematoxylin-and-eosin
oth muscle actin.
Fig. 3 – Magnetic resonance imaging. (A and B) diffuse
thickening of the left atrial wall (arrows).
Fig. 4 – Magnetic resonance imaging. Infiltration and
thickening of the mitral valve leaflets (arrows).
c o r e t v a s a 5 5 ( 2 0 1 3 ) e 4 5 7 – e 4 5 9 e459this case, positive staining for smooth muscle actin was in
favour of leiomyosarcoma, which accounts for 8% of all
cardiac saromas [6].
Cardiac sarcomas are rarely cured. Surgical resection,
if possible, followed by chemotherapy and radiation canachieve hemodynamic improvement with prolonged survival
and better quality of life [7]. The diffuse thickening of the left
atrial wall, including the conﬂuence of the pulmonary veins
in this case, made the tumour inoperable and heart trans-
plantation contraindicated. On the other hand, according to
limited reports, adjuvant chemotherapy does not prolong the
patient's survival in case of incomplete tumour resection
[8,9]. Furthermore, in the case of our patient, the absence of
symptoms associated with the tumorous disease made the
risk of adjuvant therapy overwhelming compared with the
eventual beneﬁt from it.
The prognosis of cardiac sarcomas is poor with survival rate
up to 16.5 months [10]. A less-aggressive course seems related
to the left atrium location, a low histological grading, low-
mitotic activity, myxoid tumour appearance, and absence of
metastasis at diagnosis [10]. In the case herein presented, all
the previously mentioned conditions were fulﬁlled. Tenmonths
after the setting of the diagnosis, the patient is still alive,
complaining just of exertional dyspnea, free from symptoms
associated with generalised tumorous disease.4. Conclusion
The presented case report demonstrates the dynamic change
of the mitral valve impairment in a patient with isolated left
atrial leiomyosarcoma. The impact of a multimodality
approach in diagnosis should be emphasised. Despite the
poor prognosis of this entity, surgical resection of the tumor-
ous mass can offer these patients a better quality of life.
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